[Ocular manifestations of patients with gangliosidosis].
This paper describes the ophthalmological findings in 4 patients with gangliosidosis (GLS). The diagnosis was verified by assaying hexosaminidase A and beta-galactosidase activities with marked deficiency. The presence of a cherry-red spot at the macular region, macular degeneration and atrophy of the optic disc were the main ocular manifestations. The ocular pathological changes seen under light and electron microscopy and the inherited error of metabolism of ganglioside are discussed.